BACKGROUND: Leprosy or Hansen disease is a chronic infectious disease that causes social stigma due to its deforming bodily appearance and physical disability. It has a wide spectrum of presentation affecting diagnosis.
Introduction
Leprosy, also known as Hansen disease, is a chronic, infectious disease caused by Mycobacterium leprae (M. leprae) [1] . Without timely treatment, leprosy leads to disfigurement, paralysed extremities and physical disabilities [2] . Much stigma has been associated with it and colonies of sufferers were isolated on islands and asylums in the effort to prevent the spread of the disease. M. leprae transmission occurs from prolonged close contact between susceptible and genetically predisposed individuals and untreated multibacillary patients. The nasal mucosa has been hypothesised as the main entry and exit route of M. leprae where the disease is thought to spread via respiratory droplets.
Leprosy has a systemic involvement of the dermatological, neurological and rheumatological systems [3] . Due to its systemic manifestations, it is difficult to differentiate leprosy from other systemic diseases. Incubation period also varies from 6 months to 20 years. Hence it is not uncommon for leprosy to be misdiagnosed, resulting in patients receiving late treatment [1] . The patient in this case report was subjected to repeated consultations to the healthcare professionals before a diagnosis could be established due to the unique presentation. [3] , [4] , [5] . There was only one reported case of isolated bilateral pinna involvement [6] . https://www.id-press.eu/mjms/index
Case Report
A 21-year-old male patient from Malaysia, with no significant past medical history, presented with complaint of painless erythematous bilateral pinna skin lesions for two weeks. He had no history of contact to any irritant or trauma and has no other skin lesions elsewhere. He was afebrile at the time of presentation and had a normal pulse rate and blood pressure.
Dermatologic examination revealed erythematous and skin-coloured subcutaneous papules on both his pinna, which were painless (Figure 1 ). There were no other skin lesions or areas of paraesthesia on the body. Cardiovascular, respiratory and other system examinations were also normal. He was diagnosed to have infective perichondritis and received a course of broadspectrum antibiotics, without any relief. Over two years, he was seen by a few physicians, and progressive enlargement of the pinna swelling triggered a referral to the otolaryngologist who suggested for cosmetic surgery due to the chondral deformities or "cauliflower ear". However, the patient did not go for cosmetic treatment. It was not until he presented again at the end of the two years to the local health clinic, with new areas of hyperaesthetic hypopigmentation over his chest and arm combined with progressive loss of sensation in the pinna area that leprosy was suspected and diagnosed.
Slit skin smear tests of his pinna, chest, palms and elbows were done, which confirmed the presence of acid-fast bacilli (AFB) of M. leprae. The slit skin smear showed high bacteriological index (Figure 2 ). Microscopy examination of the skin biopsy specimen reveals epidermis with spongiosis, hyperkeratosis and hypergranulosis. Sheets of histiocytes were seen within the dermis with the presence of Grenz zone. Some of the histiocytes were distended with large groups of leprosy bacilli (globe), highlighted by wide fire stain. Perivascular lymphohistiocytic infiltrates were also observed. These changes were consistent with lepromatous leprosy. With the confirmation of diagnosis, the patient was treated with multi-drug therapy consisting of Rifampicin 600 mg, Clofazimine 300 mg and Dapsone 100 mg. Skin lesion over the chest resolved with gradual resolution of the ear lesions. Persistence of hyperpigmentation of the pinna, however, is a cause for despondency in the patient, warranting counselling.
Discussion
A disease once thought to be on the verge of becoming obsolete following the introduction of multidrug treatment, leprosy is, unfortunately, still a public health concern in Malaysia and globally. The prevalence varies worldwide, but the resurgence of the incidence, particularly of multibacillary leprosy is a cause for concern [1] , [7] .
Leprosy has a wide spectrum of disease presentation, classified by Ridley and Jopling into six classes, ranging from tuberculoid pole on one end to the lepromatous pole on the other end [1] , [3] . At the tuberculoid pole, the patients have cell-mediated immunity towards M. leprae, and elimination of mycobacteria can occur [3] . At the lepromatous pole, there is a lack of effective cell-mediated immunity to M. leprae, and thus bacilli proliferate [3] . The WHO classifies leprosy into paucibacillary and multibacillary based on the number of lesions [8] . Paucibacillary is less than 5 lesions, while multibacillary is more than 5 lesions [8] .
Leprosy involvement of the ear pinna ranges from discrete nodules with minimal pain to ulceration with a "nibbled" defect [3] , [9] . Megalobule of the pinna where the earlobe becomes greatly elongated or appear to wrinkle and hangs loose can also occur [9] . As mentioned, isolated pinna involvement, especially bilateral, without other systemic or cutaneous manifestation, is very rare.
Other differential diagnoses to pinna swellings include systemic conditions like sarcoidosis, relapsing polychondritis, and otophyma [3] . Perichondritis of the non-infective nature, for example, trauma, insect bites, piercings of the affected ear and leukaemic infiltration also cause similar pinna skin lesions [10] . Otitis externa or furunculosis of the external canal and malignant external otitis are infective causes of perichondritis that must be considered [10] .
In conclusion, isolated involvement of pinna in a patient without lesions in other body parts is an unusual initial presentation of leprosy. However, leprosy should be kept as a rare differential diagnosis of perichondritis in patients not responding to conventional treatment.
Timely and proper implementation of treatment will break the chain of transmission and prevent disfigurement or physical disabilities that are responsible for the stigma associated with this disease.
